INTRODUCTION
============

Cystic lesions of the pancreas are relatively rare and they are divided into true cysts, pseudocysts, and cystic neoplasms.[@B1] In adults, 85%-90% of these lesions are pseudocysts, and they usually occur as a complication of pancreatitis. True cysts are most often neoplastic. A true cyst is distinguished by the presence of an epithelial lining, indicating its benign natural history and developmental origin.

Lymphoepithelial cysts are very rare, non-malignant lesions that were first described by Lüchtrath and Schriefers in 1985.[@B2] Lymphoepithelial cysts are true pancreatic cysts that are lined by squamous epithelium and surrounded by mature lymphoid tissue. The cyst arises typically in middle-aged men, and is usually either asymptomatic, or it causes nonspecific abdominal symptoms.

It has been thought to be difficult to differentiate lymphoepithelial cysts from other pancreatic lesions, such as serous cystic neoplasms, mucinous cystic neoplasms and intraductal papillary mucinous neoplasms, because the appearance of the lymphoepithelial cyst on imaging varies from patient to patient and sometimes is similar to other pancreatic lesions.[@B3] The clinical and pathologic features of lymphoepithelial cysts are not yet fully characterized. We, herein, report a case of an lymphoepithelial cyst of the pancreas.

CASE
====

A 44-year-old woman presented with an alleged intra-abdominal mass on routine health screening. Her past medical history consisted of a Caesarean section, 10 years previously. When she visited our hospital, she had no abnormal physical findings, except for the palpable mass. On a blood tumor markers test, the carcinoembryonic antigen (CEA, reference value ≤5.0 ng/ml) and carbohydrate antigen 19-9 (CA19-9, reference values ≤37 U/ml) were 0.58 ng/ml and 1,690 U/ml, respectively.

The patient underwent an abdomen computerized tomography (CT) scan initially, and 2-^18^F-fluoro-2-deoxy-d-glucose (FDG) positron emission tomography (PET)-CT were requested to investigate the pancreatic abnormality. These studies demonstrated that the abdomen CT scan showed a large cystic mass with internal septa at the tail of the pancreas, and the FDG PET-CT image showed no abnormal FDG tracer uptake at the pancreatic cystic mass ([Figs. 1](#F1){ref-type="fig"}, [2](#F2){ref-type="fig"}). The patient was suspected to have a pancreatic malignancy.

She underwent a laparotomy of the distal pancreatectomy and a splenectomy, with the intention of both diagnostic and therapeutic purposes. Operative findings revealed that a lesion with a diameter of 6.5 cm was located at the pancreatic tail, and its boundary was clear with adhesion to the spleen. In the fluid analysis of the pancreas cystic mass, the CEA and CA19-9 were 618 ng/ml and 3.9 U/ml, respectively. The resected pancreas specimen showed a 6.5 cm-sized cyst of the pancreas tail. The cyst was well circumscribed and multilocular ([Fig. 3](#F3){ref-type="fig"}).

During the postoperative recovery period, the follow-up CA19-9 level was down to 5.8 U/ml. The final pathology report of the resected pancreas specimen noted that the cyst was multilocular, and the cyst lining showed stratified squamous epithelium covering lymphoid tissue containing lymphoid follicles, which was consistent with a lymphoepithelial cyst ([Figs. 4](#F4){ref-type="fig"}, [5](#F5){ref-type="fig"}). The patient recovered uneventfully from surgery and has been doing well for the past three months.

DISCUSSION
==========

Cystic lesions of the pancreas can be divided into true cysts, pseudocysts, and cystic neoplasms. Pseudocysts are the most common cystic lesions of the pancreas and usually occur as a complication of pancreatitis. True cysts, on the other hand, are most often neoplastic. Recently, cystic pancreatic lesions have been well recognized and classified because of the increased use and higher fidelity of cross-sectional imaging studies.[@B4] However, in spite of the available technology, there is difficulty in differentiating benign cysts from those with malignant potential, with non-invasive imaging.[@B5]

Lymphoepithelial cysts of the pancreas are a rare non-neoplastic true cystic lesion, and they are defined as being a pancreatic cyst lined by mature squamous epithelium and surrounded by lymphoid tissue. The cyst arises typically in middle-aged men, and is usually either asymptomatic or causes nonspecific abdominal symptoms. There is no specific serologic marker for this entity.

The pathogenesis of lymphoepithelial cysts is uncertain. Osiro et al.[@B3] reviewed the literature and identified the three most common theories, which are as follows: 1. squamous metaplasia in an obstructed duct, with subsequent cyst formation, 2. originating from the ectopic pancreas in a peri-pancreatic lymph node, and 3. lymphoepithelial cysts are due to the fusion of misplaced branchial cleft cysts with the pancreas during embryogenesis.

Some investigators suggest that the clinical and radiological findings are sufficiently characteristic of lymphoepithelial cysts to establish a preoperative diagnosis, and that conservative treatment can be selected for most asymptomatic lymphoepithelial cysts.[@B6][@B7] Unfortunately, it is actually not possible to differentiate these cysts from other types of pancreatic cystic neoplasms. Most are diagnosed, finally, after surgical resection.[@B8] In lymphoepithelial cysts, almost one-half (44%) of the cysts are unilocular, and more than one-half (56%) of the cysts are located within the pancreas. Thus, the features pose a diagnostic dilemma in the preoperative workup of patients with pancreatic cysts, because they can mimic more common neoplastic mucinous cysts.[@B9]

In our case, the patient had a palpable abdominal mass and an elevated CA19-9 level. The abdominal CT finding showed a large cystic mass with internal septa in the tail of the pancreas, and the FDG PET-CT image shows no abnormal FDG tracer uptake at the pancreatic cystic mass. We could not rule out cystic neoplasm, so we performed distal pancreatectomy. During the operation, we checked for serologic markers of cystic content fluid, showing an elevated CEA level.

Postoperatively, the patient recovered uneventfully. The final pathology report of the resected pancreas specimen noted that the cyst was multilocular, and that the cyst lining showed stratified squamous epithelium covering lymphoid tissue containing lymphoid follicles, which was consistent with lymphoepithelial cyst.

In conclusion, differential diagnoses of cystic pancreatic lesions are important. Lymphoepithelial cysts, although very rare, may be included in the differential diagnosis of cystic pancreatic tumors.
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![Preoperative computed tomography images: Axial (A) and coronal (B) contrast-enhanced images show a large cystic mass with internal septa in the tail of the pancreas.](kjhbps-19-129-g001){#F1}

![The transaxial FDG PET-CT image shows no abnormal FDG tracer uptake at the pancreatic cystic mass.](kjhbps-19-129-g002){#F2}

![A photograph of the gross specimen shows a 6.5 cm-sized lymphoepithelial cyst of the pancreas tail. The cyst is well circumscribed and multilocular.](kjhbps-19-129-g003){#F3}

![A low-power view filed of the lymphoepithelial cyst. The cyst is multilocular, and the normal pancreatic parenchyma is seen in the lower left corner (H&E, ×40).](kjhbps-19-129-g004){#F4}

![A high-power view filed of the cyst-lining shows stratified squamous epithelium covering lymphoid tissue containing a lymphoid follicle (H&E, ×200).](kjhbps-19-129-g005){#F5}
